INTRODUCTION
C ockayne's syndrome (CS) is a rare autosomal recessive degenerative genodermatosis with cutaneous photosensitivity, craniofacial deformities, mental retardation, ocular, neurologic, and somatic abnormalities. CS was first described by Cockayne in 1936 as a syndrome consisting of dwarfness, retinal atrophy, and deafness. [1] Clinical manifestations usually begin in 2 nd year of life, but early neonatal onset and death in infancy have also been reported. In CS, there is a defect in the DNA repair with hypersensitivity of skin cells to ultraviolet (UV) radiation resulting in permanent damage. [2] The clinical features clinch the diagnosis with supportive ocular and radiological evidence.
CASE REPORT
A 3-year-old boy born of consanguineous marriage presented to our outpatient department with reddish, scaly lesions on cheeks and nose since 1-year. History of rubbing eyes, cheeks, and aggravation of lesions on exposure to the sun was present. His parents complained about his failure to gain weight, delay Dental examination revealed no enamel formation on upper teeth indicating a high probability of developing dental caries in the forthcoming years [ Figure 4 ]. Fundoscopy showed optic disc pallor. Computed tomography examination showed mild calcification in the bilateral basal ganglia and frontal and occipital cerebral hemisphere with mild cerebral parenchymal atrophy. Magnetic resonance imaging revealed brain stem atrophy with cerebral atrophy and basal ganglia calcification with patchy demyelination. Routine blood investigations, liver, and renal function tests were normal. Test for anti-nuclear antibody was negative. The classic clinical, ophthalmic, and radiological findings helped us to arrive at the diagnosis. The parents were explained regarding the prognostic aspects, and genetic counseling was done. Photo-protective agents with mild steroids were prescribed to relieve the rash. Physiotherapy was commenced to improve muscle strength and to avoid contractures.
DISCUSSION
Cockayne syndrome is a rare autosomal recessive genophotodermatosis that affects both sexes equally. [1] Though the etiology of this condition remains unknown, some patients have hyper-beta-lipoproteinemia or pre-beta-lipoproteinemia. Abnormally decreased cell survival after UV irradiation was found on fibroblast cultures from the skin of patients. [3] The defect is in the subpathway of nucleotide excision repair process. [4] In CS, infancy period is normal, and the manifestations are noticed in second or 3 rd year of life and survival beyond second decade is unusual.
The syndrome is classified as follows: [5] • Cockayne's syndrome type 1: The classic form with growth and developmental abnormalities beginning in the initial 2 years of life. There is progressive impairment of vision, hearing, and The presence of first two criteria and three of the other five criteria is required to make a clinical diagnosis of classical Cockayne syndrome. A further laboratory investigation such as cytogenetic, biochemical, and molecular methods are required for complete confirmation of the syndrome but is not widely available.
CONCLUSION
Cockayne's syndrome is a rare genodermatosis with only a few cases reported in the literature. Early diagnosis in this patient helped us in better management of symptoms, and the parents were counseled regarding prenatal diagnosis for further pregnancies.
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